By F. PARKES WEBER, M.D. I WOULD define " lipodystrophia progressiva " (XV7roq = fat, Sv' = bad, Tpoqrnj nourishment), a term to which we are indebted to Dr.
A. Simons' (of Berlin) , as a morbid condition, possibly confined to the female sex, and characterized by progressive disappearance of the subcutaneous fat from th6 face, upper extremities and trunk, whereas the fat of the lower extremities and gluteal regions remains unaffected or is increased in amount. In some cases, perhaps, the condition is one of pathologically altered distribution of fat rather than of genuine wasting, or possibly merely of relative excess of fat in the lower extremities and buttocks of an otherwise rather thin subject. Although I have retained the adjective " progressiva" as suggested by Simons, it is by no means certain that the disorder is always a progressive one.
In all probability all degrees of this abnormal fat distribution occur, progressive in some subjects and arrested or stationary in others, whilst in yet other cases the condition may probably occur as only a temporary feature in the life-history of a patient or as little more than a slight Weber: Lipodystrophiia Progressiva female than of the average male. This local distribution of subcutaneous fat constitutes practically a secondary sex-character, and the gluteal prominenCe is greatly exaggerated in some African races, constituting the' racial peculiarity known as "steatopygia," which is illustrated by the pictures of the " Hottentot Venus." 1 In regard to the occasional exaggeration of this sex-character in Europeans, I would quote a remark made by Pierre Marie at the discussion of a case at the Societe de Neurologie, at Paris, July 11, 1912-namely, that it is not rare to meet with women the upper part of whose bodies is emaciated in comparison to the fatness of their lower limbs. A curious fact is that in some pathological conditions, notably in the case of a young woman shown by Dr. H. G. Turney at the Royal Society of Medicine, on March 5, 1913, as probably an example of " a pituitary and adrenal syndrome," this sexual predominance of subcutaneous fat about the thighs and gluteal regions is altogether wanting, though there may be an apparently excessive accumulation of subcutaneous fat in the face and trunk.
In June, 1911, I saw a young unmarried woman, aged 27, of Jewish parentage, who had lost almost all the subcutaneous fat from her body, but less from the parts below the iliac crests and groins-that is to say, from the buttocks, thighs and legs-than'from the trunk, face and upper extremities; moreover, there was no extreme loss of fat from the orbits or mammee. I found no evidence of any visceral disease. There was a report of temporary glycosuria about one year previously,2 which I regarded as of no importance. The clinical history was that the patient was a healthy girl up to the age of 16, when the menstrual periods commenced. Since then her general condition had been unsatisfactory. She suffered from a certain amount of pain with the periods and likewise comuplained of dyspepsia and of insomnia, for which she had taken various drugs. She was likewise discontented with life in her parents' home, and was desirous of obtaining somne useful occupation, which would render her more independent. In 'In regard to the racial distribution of " steatopygia," see S. G. Shattock, " On Normal Tumour-like Formations of Fat in Man and the Lower Animals," Proc. Roy. Soc. Med., 1909, ii (Path. Sect.), pp. 209-226. January, 1913, I heard that her condition remained much the same. There was some neuropathic family history, and the condition had to be regarded as a peculiar variety of emaciation, probably in some way dependent on the nervous system, the distribution of the fat atrophy being specially affected by the patient's sex, so that the lower extremities (normally very liberally supplied with subcutaneous fat in females) retained their fat.
At the time when I saw this patient in 1911 I had already seen one similar case, namely that of a young woman, aged 21, brought before the Clinical Society of London by Dr. Harry Campbell, on March 22, 1907.1 He then described the case as one of " Disappearance, more or less complete, of the subcutaneous fat above the region of the lower extremities." The wasting of the fat was specially marked in the face, chest, and abdomen, including the region of the mons veneris, but there was no disappearance of fat from the mammary glands or the orbits, and there was an abundant deposit of subcutaneous fat in the buttocks and lower extremities generally. The patient, who was of Jewish parentage, was said to have been perfectly normal up to the age of 6, but from that time to the age of 14 there occurred a gradual disappearance of fat from the affected regions. The fat first disappeared from the face and then the process of fat absorption gradually spread downwards at the rate of'about 1 in. every year. Six years later Dr. Campbell showed the case again, and said that the absorption of subcutaneous fat had spread about 6 in. downwards during the six years' interval. The orbital fat and the mammary fat still remained unaffected. Tests revealed no difference between the secretion of the sudoriferous glands in the affected and unaffected areas. He regardeX the case as one of " trophic " changes of obscure origin.2
In the very similar case of a young woman, aged 21, described and illustrated by Dr. Eugen Holliinder, of Berlin,' the intra-orbital fat appeared likewise to some extent to have shared in the atrophic process, so that the patient had a peculiarly cadaverous expression. The cheeks were sunken and the orbits were hollowed out around the eyes. The mammae were round and hard, but apparently consisted of glandular tissue only. The superficial muscles of the neck, trunk and upper extremities were mapped out, as in " anatomical manikins." Below the hips, on the contrary, all the parts were covered by subcutaneous fat in abundance, and, indeed, there was decidedly abnormal excess of fatty tissue in the outer parts of the thighs. Except for a rotatory nystagmus, apparently of congenital origin, nothing else abnormal could be discovered. All kinds of treatment had been tried but had failed to fatten the patient, that is to say, to fatten the emaciated parts; but from the cosmetic point of view Hollander seems to have been more successful by injecting a sterilized mixture of human fat and mnutton suet into the subcutaneous tissue of the face.
Sir William Osler has very kindly told me of a similar loss of subcutaneous fat, but occurring in a much younger girl. She was aged only 10, in 1895, when she was first brought for treatment as a dispensary patient in America. The contrast between the extreme thinness of the face, trunk and upper extremities, and the plumpness of the part below the hips was very great. She had begun to get thin five years previously, the loss of flesh being first noticed on the face and back. She was very pale. Her mother and mother's mother were said to be " nervous." Information obtained in February, 1913, showed that menstruation had commenced when the girl was aged 12, and that her general condition improved afterwards. Her face had still little subcutaneous fat, though more than it had before; but no complete examination of the patient had been made during late years. Though she still looked thin and weak, she said she felt well and was stronger than most women. The tendon reflexes were excessive.
A case, evidently of the same class, was described by A. Pic and Ch. Gardere, at the Society of the Medical Sciences of Lyons, on December 23, 1908, as an example of " generalized atrophy of the face anld parts of the body above the umbilicus with. pseudo-hypertrophy of the pelvic region and lower extremities." 1 The patient was a woman (age not stated) whose illness had commenced four years previously, with sudden loss of weight and strength, anorexia, digestive troubles, and pallor. There was no cough. She was unable to continue her work, as the slightest effort gave rise to palpitation of the heart and feeling of oppression. She was also mentally depressed, and gave way to frequent attacks of crying without any reason. After a " rest and feeding cure" she commenced to regain her strength, her lower extremities increased in size, and her pallor disappeared. At last, after an interruption of one and a half years, she was able to start work ' Pic and Gard6re, Lyon Mdd., 1909, cxiii, p. 61. at SAGE Publications on June 21, 2016 jrs.sagepub.com Downloaded from Neurological Section 131 again. Nevertheless, her face, upper extremities and thorax remained emaciated, whilst her lower extremities progressively increased, chiefly in amount of subcutaneous tissue, so that their size came to be in striking contrast to the skeleton-like appearance of her face and the upper part of her body, in which, however, the mamma retained their normal size. The tendon reflexes in both lower and upper extremities were markedly exaggerated; in the lower extremities mnore than one jerk was sometimes obtained by a single tap (" clonic or trepidation type" of response); the plantar reflexes were of the normal flexor type, no disorder of sensation was present. Electrical examination of the muscles showed nothing abnormal. Her gait was natural, and there was no longer anv special tendency to fatigue on exercise. Some physical signs in the chest pointed to the presence of slight pulmonary tuberculosis. Menstruation (whi6h had commenced at the age of 15) was regular, and had always been so, excepting at the commencement of her illness four years previously, when she had amenorrhoea for six nonths.
The case of " Segmentary Adiposis of the Lower Limbs," recently published by Laignel-Lavastine and Viard,' must probably be regarded as belonging to the group we are now considering, though the emaciation of the face and upper part of the body was less decided. Their patient was an unmarried woman, aged 39, embroiderer by occupation, who complained of great enlargement of the lower extremities. This commenced, according to the patient's account, at the age of 22, and first involved the legs, then the thighs, and lastly the buttocks. Various methods of treatment had been resorted to (thyroid extract and iodine, milk diet, &c.), but without satisfactory results. The great size of her lower extremities offered a striking contrast to her thin chest and the general slenderness of the upper part of her body. The left thigh was decidedly larger than the right thigh, but both thighs, both buttocks and both legs shared in the enlargement. The mammse were very small. The thyroid gland was slightly enlarged. The menstrual periods, which had commenced at the age of 14, lasted only two days each time. At the Salpetriere the patient had been given associated thyroid and ovarian extracts, but as yet without any effect on the size of the lower extremities. Laignel-Lavastine and Viard, besides the case of Pic and Gard6re alread-y described, quote a case published by L. Barraquer, at Barcelona, in 1906 . It is that of a young woman, aged 25, who in her thirteenth year, after an attack of " influenza," had commenced to waste rapidly in her face and the upper part of the chest. These wasted parts contrasted strikingly with the plump condition of the rest of her body.
It seems, therefore, that "lipodystrophia progressiva" varies in degree in different cases. In some cases it is the excessive growth of subcutaneous fatty tissue in the lower extremities that attracts attention rather than any very decided emaciation in the face and upper parts of the body. In such cases the condition may be regarded as an exaggeration or caricature of the ordinary tendency to fat distribution, which constitutes almost a " secondary female sex-character." In other cases the-wasting of the face and upper part of the trunk first attracts attention, the wasting usually commencing in the face, neck and upper part of the thorax and spreading gradually downwards. In some of these latter cases the onset of the wasting may be fairly sudden and the disease may, for a time at least, be associated with anorexia, neurasthenic symptoms, and excess of knee-jerks and Achilles-jerks. Such excess of tendon reflexes is often met with in persons of nervous temperament, and, I think, more frequently in persons of Jewish than in those of Anglo-Saxon or Teutonic descent. It may here likewise be noted that the two first patients, whose cases I have above referred to, were of Jewish descent, and it is possible that some of the other patients were also of that race.
The symptoms may commence in quite early life, at 10 or 13 years, or later on, up to between 20 and 30 years of age. The disease, though it seems (at all events in its most typical forms) to be confined to the female sex, does not appear to be connected with any obvious disease of the thyroid gland or ovaries. In a sense it might certainly be called a "trophic disease," but it is of uncertain origin, and no successful treatment has yet been discovered for it.
In regard to diagnosis, the distinctions from the cases of "trophcedema," as described by H. Meige and others, seem to me too obvious for discussion, and the same may be said in regard to the conditions of muscular hypertrophy or pseudo-hypertrophy met with occasionally in various cases of primary muscular dystrophy, as well as in the typical pseudo-hypertrophic group. Other diseases, such as the various forms of chronic oedetna and elephantiasis in the lower extremities connected with lymphatic obstruction, are still less likely to be confused. Just at 1.32 at SAGE Publications on June 21, 2016 jrs.sagepub.com Downloaded from the commencement, when the atrophy of subcutaneous fat is still almost limited to the face, the condition might possibly resemble that seen in cases of " bilateral atrophy of the face"; indeed, it is just conceivable that certain cases of bilateral atrophy of the face may have been mild examples of lipodystrophia progressiva, modified by the male sex of the patients, males not being so inclined as females to special deposit of subcutaneous fat in the lower extremities. At the Clinical Society of London, in 1905,' H. Batty Shaw showed a boy, aged 10, who had commenced to show bilateral wasting of the subcutaneous tissues of the face when he was aged 2c. The boy was brought to the hospital because the mother feared he might have tuberculosis. A. F. Hertz and W. Johnson,2 at the Clinical Section of the Royal Society of Medicine, in January, 1913, showed a young man, aged 26, whose face had become progressively thinner during the last two years, so that his friends thought he must be consumptive. There was no weakness of the facial muscles, and otherwise he was well developed and strong. I instance these two cases of facial wasting in males to illustrate the kind of cases of " bilateral atrophy of the subcutaneous tissue of the face " to which I wish to draw attention in connexion with the diagnosis and pathological classification of " lipodystrophia progressiva." I have given no photograph or drawing of the condition of lipodystrophia progressiva, but no such illustration is needed. For a typical case one need only imagine a grotesque figure, the lower part of which seems to be modelled after an extraordinarily florid Venus of the " ultra-Rubens" style, whilst the face and upper part of the trunk might call up a picture of one of the forbidding Moerve, or their dreaded sisters, the Erinyes, or might bring to mind the popular idea of one of the witches in " Macbeth."
DISCUSSION.
Dr. HARRY CAMPBELL said Dr. Parkes Weber had brought forward records of some very interesting cases, but it did not seem to him (the speaker) that all the cases described belonged to the same category. Dr. Weber began by referring to cases mentioned by Marie, of Paris, cases of women who were emaciated above the hips; but he (Dr. Campbell) considered this condition quite a common occurrence; it was not rare for a 'H. Batty Shaw, Trans. Clin. Soc. Lond., 1905, xxxviii, p. 222. 2Hertz and Johnson, Proc. Roy. Soc. Med., 1913, vi (Clin. Sect.) , p. 92.
Thomson: Rapid Wasting of Muscles of Hands and Arms
woman to give the impression of being very thin whereas she was, as a matter of fact, quite plump from the waist downwards. But these cases did not come under the same heading as the case he (Dr. Campbell) showed. He, had not read the description of Holl'ander's case. In his own case there was a disappearance of subcutaneous fat, commencing in the face, and gradually spreading downwards, and there was a sharp line of demarcation between the normal and the abnormal parts. He did not know whether Hollander's case answered to that description. Dr. Parkes Weber alluded to a class of case in which there was an actual increase in the deposition of fat. These cases he (Dr. Campbell) regarded as belonging to a separate category altogether. In his own case there was no increase of fat deposit. The whole question of the distribution of fat he regarded as a very interesting one. There were some people who could never get fat in the face, no matter how plump they were -elsewhere; others retained the round contour of face even when the body was emaciated. Some easily developed a double chin, while others could not be made fat in the region of the neck. These differences must be due to local peculiarity of the subcutaneous tissue. The absorption of fat in the cases referred to by Dr. Weber could not be due to alteration in the blood-e.g., the presence or absence of some particular ferment-otherwise there would be a generalized absorption, or a generalized laying on, of fat.
Dr. PARKES WEBER, in reply, said he thought that the changes in the amount and distribution of the subcutaneous fat to which he had alluded must be due to some general cause, not merely a local cause, for marked symmetry in the dystrophy was a striking feature of the cases. The less typical cases doubtless merged into a condition which was relatively quite common-namely, a condition characterized by thinness of the upper part of the body and relative excess of fat in the lower extremities, as referred to by Pierre Marie, in the discussion which Dr. Weber had quoted. A BOY, aged 18, came under observation at Middlesex Hospital in January 1913, complaining of difficulty in using his thumbs, which he had noticed gradually coming on for about a month previously. The small muscles of both hands were weak and wasted, and on the left side there was also some weakness of extension of wrist and fingers.
Case of

